221 postnatal complications. History revealed that his developmental milestones were normal. Physical examination revealed weight 15 kg and height 98 cm. He had a normal systemic examination. Neurological and ophthalmological examinations were normal. Dermatological examination showed hypopigmented macules and patches below the nipple extending up to umbilical region anterolaterally and posteriorly to back [Figure 1]. Café au lait macule macules were present over the right arm and left loin. 3 cm × 3 cm reddish oval plaque present over the right paraspinal area of back [Figures 2 and 3].
INTRODUCTION

H ypomelanosis of Ito or incontinentia pigmenti
achromians is a rare neuroectodermal disorder first described by Ito in 1952. [1] In a systemic study of the largest series published, Pascual-Castroviejo et al. reported a frequency of 1 in every 8000-10000 new patients in a hospital, and 1 in every 1000 new patients in a pediatric neurology service. [2] The hypopigmented lesions have a peculiar pattern of whorls, swirls, streaks and patches, and distribution resembling hyperpigmented lesions of Incontinentia pigmenti. [3] The clinical picture of hypomelanosis of Ito varies widely being associated with many anomalies, particularly of central nervous system (CNS), eye, and skeleton. [4] The cutaneous hypopigmentation is the only constant feature mainly seen in dark skinned individuals. [5] Here we report a case of hypomelanosis of Ito associated with café au lait macule (CALM) and angiomatous nevi.
CASE REPORT
A 3-year-old boy, first son of healthy unrelated parents came with complaints of skin lesions since birth. He was born of uneventful pregnancy with no natal or of brain, and ultrasound were normal. Hence, from the history and clinical findings, the boy was diagnosed as a case of hypomelanosis of Ito, a rare neurocutaneous syndrome, associated with CALM and angiomatous nevi.
DISCUSSION
Hypomelanosis of Ito is a neurocutaneous syndrome characterized by hypopigmented lesions that have a peculiar pattern of whorls, swirls, streaks and patches. [6] Approximately 70% of the reported cases have other associated abnormalities, like mental retardation, seizures, cerebral atrophy, muscular hypotonia, microcephaly, coarse facies, abnormal auricles, minor ophthalmologic defects. [7] The main features that define hypomelanosis of Ito are the cutaneous anomalies. In many instances, patients present with skin hypopigmentation following the lines of Blaschko without any other associated anomaly (Nehal et al. 1996 ; Ruggieri and Pavone 2000). The skin markings display a varied pattern of lines that is circumferential around the trunk, forming whorls, patches zigzag and S-shaped makings over the abdomen and V-shaped patterns over the spine usually stopping in the anterior or posterior midline. [8] The hypopigmentation is not preceded by vesicular or verrucous lesions. This feature is in contrast to the usual presentation of incontinentia pigmenti. [9] Other skin manifestations include cafe-au-lait spots, cutis marmorata, angiomatous nevi, nevus of Ota, Mongolian blue spots, hyperhidrosis of hypopigmented areas, and morphea. Hair, tooth, and nail abnormalities can also be seen. [10] Thorough dermatologic, neurologic, and ophthalmologic examinations are extremely important given the heterogeneity and potential severity of HI. Chromosomal analyses of blood, fibroblasts or keratinocytes to defect mosaicism, radiographic examination to study musculoskeletal abnormalities and electrocardiography to rule out cardiac abnormalities have to be done. MRI and electroencephalography are justified to characterize structural and neurophysiological abnormalities upon clinical manifestations. [10] Treatment for hypomelanosis of Ito is symptomatic. The skin lesions require no special treatment. The hypopigmented lesions tend to darken with time for individuals without additional neurological manifestations. An annual follow-up if CNS manifestations like infantile spasms, complex partial, myoclonic and generalized tonic-clonic seizures occur can be done and they often poorly respond to anti-epileptic therapies. [11] In children with fair skin, the use of woods lamp is helpful in demonstration of the hypochromic lesions. [9] The histopathological features of hypopigmented lesions of hypomelanosis of Ito are nonspecific with decreased number of melanocytes, and decreased number and size of melanosomes in the basal layer of the epidermis with a selective decrease in eumelanin. [12] There is extreme variation in the clinical features expressed in patients with HI. Hence, it is difficult to precisely state the diagnosis. In our case, since the boy had only cutaneous abnormalities, we reassured his parents that more severe CNS manifestations are rare and are detected early in life and advised him an annual follow-up. Also counseled that the hypopigmentation may fade during adulthood and his survival was expected to be normal.
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